Beghet's disease was probably first described by Hippocrates,' "Many had their mouths affected with aphthous ulcerations. There were also many defluxations about the genital parts, boils externally and internally about the groins". In 1937, Hulusu Beghet described the clinical triad of oral ulceration, genital ulceration and uveitis, now known to us by his name.2 The presence of multiple mononeuropathies in a patient with Beghet's disease is rare, and has not previously been reported outside Japan. We describe a patient with Beghet's disease who presented with skin folliculitis and a rapidly progressive clinical picture of mononeuritis multiplex and died from brain stem involvement.
The ESR was 120 mm/hr, C-reactive protein 22-5 mg /I (normal < 6 mg /1), aspartate transaminase 50 U/i (normal range 10 -40 U /1), alanine transaminase 156U/i (normal range 10-45 U/I), total haemolytic complement 763 units/ml (normal range 250-700 units/ml and immune complexes 263 microgram/ml (normal range 0-49 microgram/ml). Motor nerve conduction was slow in the left upper limb. Sensory potentials were not recordable. Repeat skin biopsy showed changes consistent with folliculitis, with no evidence of vasculitis. The neurological presentation was of mononeuritis multiplex, but the associated uveitis led us to consider Be4;het's disease, sarcoidosis or the acquired immune deficiency syndrome. The additional features of aphthous ulceration and folliculitis suggested that Bechet's disease was the most likely diagnosis. In spite of treatment with Drednisolone 80 ma daily and azathioprine 50 mg twice daily, he developed progressive distal weakness in the arms and legs, and his general condition deteriorated. Azathioprine therapy was discontinued after 10 days, due to thrombocytopenia. Six weeks following admission he developed slurred speech, right-sided facial weakness and a gaze palsy to the right. CT scan of the head showed multiple low attenuation non -enhancing areas in the brain-stem and periventricular areas.
CSF protein was 1 -5 g/1, glucose 3-3 mmol/l (plasma glucose 6-8 mmol/l), and there were no white cells. Cyclophosphamide 50 mg tid was added to the steroid therapy, but his condition deteriorated with the development of bilateral bronchopneumonia and he died seven weeks after admission. At autopsy, sections of the cerebral hemispheres and brain stem revealed multiple foci of perivascular lymphocytic cuffing with fibrinoid necrosis of the vessel walls, in keeping with vasculitis. Small areas of infarction were also seen, although the neurones were well preserved, and also areas of meningeal reaction with lymphocytic infiltration and of demyelination. The overall appearances were of an intense vasculitic inflammation and encephalitis, but the degree of inflammation was out of proportion to the vascular involvement. Sections from the spinal cord showed prominent demyelination particularly in the posterior and lateral columns of the cord, and vasculitis with fibrinoid necrosis of the walls of the blood vessels. Sections from several peripheral nerves showed foci of lymphocytic infiltration within the nerve bundles (Fig 2) , amounting to nerve infarction, and the perineural vessels also showed evidence of vasculitis. Sections from skeletal muscle showed mild variation in fibre size with evidence of fibre grouping, in keeping with denervation. There were also vasculitic lesions elsewhere including the liver, spleen and small nerve plexuses in the urinary bladder. spinal cord involvement with Brown-S6quard syndrome and benign intracranial hypertension.8 9 Peripheral nervous system involvement in Be4het's disease is rare: we could find reports of only eleven cases, of which three had mononeuritis multiplex.10' 11 12 The clinical evidence of brain stem involvement in the final stages of our patient's illness is in keeping with previous pathological observations, which have shown this to be the commonest site for neurological involvement in Be4het's disease.
Computerised tomography of patients with neuro -BeChet's disease has no pathognomonic features. Our patient's first computerised tomographic scan showed no abnormality, the second showed multiple low attenuation areas in the brain,-stem and periventricular areas compatible with the post mortem finding of infarction. It has been suggested that magnetic resonance imaging may be more sensitive than CT scanning for detecting brain stem involvement in patients with neuro -Bechet's syndrome. '3' 14 17 Whilst the effect of prednisolone therapy on the neurological manifestations of Be4het's disease is unpredictable, the treatment of retinal vasculitis has been clarified: urgent therapy with local and systemic steroids is indicated to limit visual loss.'
